Neurofibromatosis (NF) is one of the most common genetic disorders. It is an autosomal dominant genetic disorder. It primarily affects the neural tissues. Neurofibromatosis type I (NF-1) also known as well as Recklinghausen's disease is the most common type. We present a case of a 62-year-old lady with NF-1. The disease was apparent since childhood with appearance of multiple hyper-pigmented skin macules. With time, more cutaneous lesions appeared and grew bigger all over the body surface. Because of huge neurofibromatosis over posterior neck, patient came for further treatment.
Introduction
The diagnosis of NF-1 is made through clinical assessment including history and physical examination. These assessment findings are compared with standardized diagnostic criteria outlined by The National Institutes of Health (NIH).1 The incidence neurofibromas over head and neck was account for 48%, while others like upper extremity (54%), lower extremity (31%) and most common manifestation was over the trunk (64%). 2 Plexiform type was found in 30% of patient with NF-1. 3 Mass over posterior neck imposes challenges to a surgeon. As posterior neck contain vital structures such as spinal cord, occipital artery, subclavian artery, subclavian vein, cervical plexus, accessory nerve and vertebral body, it is always a challenging operation to a surgeon.
Case Summary
A 62-year-old lady presented with huge mass over posterior neck. She claimed the mass started since childhood and slowly growing with age. The mass disturbed her daily life activity. Other physical examination showed multiple café-au-lait spots all over the body, freckles in the armpit and groin, multiple sessile or pedunculated masses over skin and scoliosis. She claimed had positive family history of neurofibromatosis type-1. Furthermore, she also complained of fever, poor oral intake, pain and foul-smelling discharge over the mass. Clinical examination revealed the mass was infected. Size of the mass 80 cm x 50 cm ( Figure 1 7 In our case, the resection was done for infected mass, cosmetic and giant mass caused neck extension. Even with surgical excision, plexiform neurofibromatosis has a recurrence rate of 20% 8 . Known risk of sequelae in NF is malignant transformation. In our case, the patient had the risk factor in view of long standing gigantic mass. Fortunately the histopathological examination was come back as infected NF. It was estimated that the risk of malignant transformation is around 5%. 9 As any other soft tissue mass, MRI is the radiological investigation of choice to visualize the exact location, dimension and possible invasion of neurofibromatosis to the adjacent structures. 10 As MRI was not available in our setting, we opted for CT scan. It was shown that the stalk of the mass was superficial to trapezius muscle and no invasion to adjacent structures. The anatomical variation in this type of surgery is the great challenge besides the unclear tumor margin. Being in the posterior neck, the tumor may contain nerves and abundant blood vessels.
The feeding blood vessels were multiple, but major nerve was not identified. Resection of the tumor was successfully performed and the defect was covered using local skin flap. Post-operative the wound healed well.
Conclusion
Early surgical intervention may reduce the complication of plexiform NF. Cosmetically it is easier to be performed if the lesion is small. Delay in treatment may cause rapid growing of mass, which can interfere daily life activity and develop risk of malignant transformation. Surgical excision and reconstruction with regular followup is an excellent treatment of choice for huge neurofibromas as in our case.
